Idiopathic sporadic cerebellar ataxia comprehends a group of neurodegenerative, non-hereditary disorders, including multiple system atrophy cerebellar type (MSA-C), and idiopathic late onset cerebellar ataxia (ILOCA) 1, 2 . ILOCA represents an obscure group of sporadic cases of late onset cerebellar ataxia, without adequate clinical, pathological, and genetic definition, described by Harding in 1981 3, 4 . Late-onset cerebellar atrophy of Marie-Foix-Alajouanine is a sub-group of ILOCA patients with very late onset (IVLOCA) 5 . The objective of this study is to analyze the follow-up of 8 Brazilian patients with IVLOCA.
Method
Clinical and paraclinical findings of 26 adult patients with a diagnosis of ILOCA were analyzed in a Brazilian ataxia outpatient clinic and followed regularly over 20 years. Among them, 8 elderly patients were diagnosed as probable IVLOCA. These patients were evaluated with neurological, ophthalmologic and Mini-Mental Status examinations, brain MRI, and EMG. Genetic testing for Friedreich's ataxia, Spinocerebellar ataxias (SCAs) types 3, 6, 17 (in three cases), Huntington's disease in three cases with chorea, and Fragile X-associated tremor ataxia syndrome (FXTAS -in three patients). Diagnosis of probable REM sleep behavior disorder (RBD) was based on clinically validated criteria.
ReSultS
In this case series of IVLOCA, 62.5% of patients were males, mean age was 81.9 years-old, and mean age of onset was 75.5 years. Gait cerebellar ataxia was observed in all patients, as well as, cerebellar atrophy on brain MRI. Brain MRI also demonstrated mild signs of microangiopathy in three patients. There was no incoordination in the upper limbs, and mild dysarthria was found in 50 % of patients. Mild choreiform movements were detected in three patients. There were no pyramidal signs and no dysautonomia. There was no family history of ataxia. Genetic tests for Friedreich's ataxia, SCAs 3, 6, and 17, and Huntington's disease and FXTAS, were negative. In two patients, mild sensory peripheral neuropathy was diagnosed on EMG. None had RBD. Visual loss, with macular degeneration, and amnestic mild cognitive impairment (MCI) were detected in four (50%) cases each (Table) .
dISCuSSIon
IVLOCA represents a controversial entity, representing a subgroup of ILOCA cases. Currently, alternative terms have been used to describe to this group of patients, such as sporadic adult onset ataxia of unknown etiology (SAOA), or idiopathic late-onset pure cerebellar ataxia (ILOPCA), among others 1,2,6,7,8 . MSA-C represents the main differential diagnosis of ILOCA 8, 9 . This group of non-hereditary degenerative ataxias needs to be differentiated from hereditary ataxias (with late-onset and no familial history), and acquired ataxias, which are due to exogenous or endogenous non-genetic causes. 1 In this Brazilian case series of eight patients with IVLOCA, besides gait cerebellar ataxia, with cerebellar atrophy on brain MRI, and very late-onset (mean age of onset 75.5 years), half of all cases also presented with visual loss due to macular degeneration, and amnestic MCI. Additionally chorea was found in three patients. The mean time of follow-up was 5 years, with slow progression, and mild phenotype (predominantly gait ataxia). There no clues to alternative diagnoses, including MSA. We believe that this condition is similar the one described by Marie-Foix-Alajouanine, in 1922, named "Atrophie céré-belleuse tardive a predominance corticale", cerebellar cortical atrophy (CCA), or pure cerebello-olivary degeneration 5 . In this condition with late-onset, there was mild dysarthria, associated with gait ataxia, and some patients had cognitive dysfunction and chorea 5 . Fox et al published in 2003 a case report of this entity, in a patient with a sporadic, late-onset progressive cerebellar ataxia plus cognitive decline and chorea, with CCA on neuropathological examination. 10 The main limitation of our study is its essentially clinical background, with no neuropathological confirmation with a limited number of genetic diseases excluded. 
